EVHCs are characterized by numerous skin-colored and hyperpigmented dome-shaped papules affecting the trunk and upper extremities. They are usually numerous, but the occurrence of single lesion has also been reported. They may occur at any age but are commonly seen in children and adolescent age group. [1] EVHCs can be sporadic or familial. Familial cases usually appear early in life and show autosomal dominant inheritance. [2] It arises due to occlusion of vellus hair follicle at the level of isthmus, resulting in cystic dilatation of the proximal part which contains the keratotic debris and the vellus hairs. Histopathologically, they are characterized by a cystic structure in the dermis lined by laminated squamous epithelium (keratinization without granular layer) and containing variable number of SM present as multiple rounded yellow-colored firm papules over the trunk and upper and lower extremities. They develop due to obstruction of the sebaceous duct, which results in the development of cyst-containing sebum. SM appears when the sebaceous gland becomes active after puberty. Histologically, there is a cyst which shows intricately folded walls composed of stratified squamous epithelium without a granular layer [3] (trichilemmal keratinization). The characteristic feature is the presence of sebaceous glands in or adjacent to the wall. There may be one or more pilar units associated with the cyst, and few lanugo hairs may be seen.
The hair follicle is divided into three parts: the lower portion, extending from the base of the follicle to the insertion of arrector pili; the short middle part, an isthmus, extending from the insertion of arrector pili to the entrance of sebaceous duct; and the upper portion, infundibulum, extending from the entrance of sebaceous duct to the follicular orifice. The infundibulum is lined by surface epidermis which undergoes keratinization with the formation of keratohyalin granules such as skin. The isthmus is lined by outer root sheath which undergoes keratinization without the formation of keratohyalin granules known as trichilemmal keratinization. [4, 5] Hence, a cyst produced by obstruction at the isthmus region (EVHC) will have epithelial lining with trichilemmal keratinization (no keratohyalin granules) with the cyst-containing vellus hair only without sebaceous material. In SM, cysts result from obstruction of the sebaceous duct which is also lined by epithelia which keratinize without keratohyalin granules (trichilemmal keratinization) and Letters to Editor contain sebaceous material. Obstruction higher up in the infundibular region (distal to the opening of the sebaceous duct) will result in blockage of both the sebaceous gland and pilar unit and will result in a cyst which shows both types of lining (with and without keratohyalin granules), containing sebaceous material and vellus hairs, a hybrid cyst. Many cases of such hybrid cysts have been reported. [6] Both the follicular cysts, EVHCs and SM, show considerable clinical and histological overlap. Typically, these lesions are multiple and asymptomatic. Frequently, patients may present with multiple lesions showing histological evidence of EVHCs and SM when biopsies from different lesions were obtained. Similarly, features of both EVHC and SM overlap may be encountered commonly in a single biopsy specimen. Hence, biopsy of just one cyst may not be sufficient to label it as EVHC or SM.
The obstruction of the follicular structure in EVHC could be due to genetic defect in the keratin. EVHC has been reported in association with ectodermal dysplasia, pachyonychia congenita, and trichostasis spinulosa, which also points toward the genetic defect in the keratinization. [6] The term "hybrid cyst" was originally referred to describe a cyst with upper part showing epidermoid cyst and lower part showing trichilemmal cyst with a distinct difference between the two linings. When left untreated, the lesions may persist indefinitely, and spontaneous regression of the lesions has also been reported. [6] This case is being reported as frequently papular lesions on the trunk in children and adolescent age group are misdiagnosed and treated as truncal acne. Asymptomatic small lesions of EVHC can be overlooked. Hence, any such lesions which do not respond to the standard treatment modalities of acne must be biopsied to arrive at the correct diagnosis.
Declaration of patient consent
The authors certify that they have obtained all appropriate patient consent forms. In the form the patient(s) has/have given his/her/their consent for his/her/their images and other clinical information to be reported in the journal. The patients understand that their names and initials will not be published and due efforts will be made to conceal their identity, but anonymity cannot be guaranteed.
Financial support and sponsorship
Nil.
Conflicts of interest
There are no conflicts of interest.
Vikrant A Saoji, Kinjal Deepak Rambhia 1 , Mayank M Goyal
